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small increase in Hb concentration and in packed cell volume. However, these effects are not accompanied by any reduction in vaso-occlusive events, probably due to the great number of Hb S-containing red blood cells resulting in increased blood viscosity. 4, 5 A confusing diagnostic problem is the differentiation of Hb S/␤ 0 -Thal from sickle cell anemia associated with ␣-thalassemia. Table 2 shows that hematologic and electrophoretic studies are unable to distinguish between the two conditions and so family studies and DNA analysis are needed to confirm the diagnosis. 5 In Hb S/␤ + -Thal, variable amounts of Hb A dilute Hb S and consequently inhibit polymerization-induced cellular damage. The Hb A levels vary from <5% to 45% of the hemolysate and higher levels of Hb A are usually associated with a milder phenotype. 5, 8, [12] [13] [14] [15] However, because of the confounding influences of other genetic modifiers, such as ␥-globin gene expression and ␣-thalassemia, a rigid genotype-phenotype correlation is difficult to establish. 5 A classification of Hb S/␤ + -Thal into Types I (Hb A: 1-7%), II (Hb A: 7-14%), or III (Hb A: 14-25%) according to the level of Hb A has been proposed. 3, 14 However, this classification is not widely accepted and could be considered of little utility. Nowadays it is possible to define the ␤-Thal mutation exactly by molecular biology techniques, and determine the relationship between mutation and clinical manifestations. 5 The determination of the ␤-Thal mutation in Hb S/␤ + -Thal individuals was performed by Besilario et al. These authors studied four patients with an Hb A concentration above 38% and a very mild form of the disease, and identified two mutations for the first time in the Brazilian population. 16 It is important to point out that these cases could be wrongly interpreted as sickle cell trait, since they had no anemia, despite a little microcytosis, and that this incorrect diagnosis would reflect in the genetic counseling provided. In summary, this study reinforces the importance of molecular studies in our population, in order to enhance our knowledge about the disease in Brazil and consequently improve genetic counseling, follow up, and treatment.
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